Introduction
Hemolymphangiomas are rare benign tumors, characterized by the presence of dilated lymphatic spaces, extravasation of red blood cells, hemosiderin deposition and fibrosis. These malformations are either congenital or acquired and may be explained as a consequence of an obstruction of venolymphatic communication or dysembrioplastic vascular tissue. 1 Intraabdominal lymphangiomas account for less than 5% of all lymphangiomas. 2 The most common location is the mesentery, followed by the omentum, mesocolon and retroperitoneum. [2] [3] [4] Although approximately 60% of these patients are younger than 5 years, a significant number of abdominal lymphangiomas do not manifest until adulthood. 3 Regardless of the diagnostic modalities used, the preoperative diagnosis is very difficult and for most of them a definite diagnosis is made from pathological examination of the resected specimens.
Herein, we report an unusual and unexpected case of ulcerated hemolymphangioma along the medial wall of the second portion of the duodenum, at the papilla of Vater region, in a young woman presenting with severe anemia.
Presentation of case
A 24-year-old South American woman was admitted to our hospital because of severe and undetermined anemia (hemoglobin, 6.8 g/dl) in August 2012. No abnormalities were revealed except for iron deficiency anemia in laboratory data. Tumor markers (Alpha fetoprotein, CEA, CA 19.9, CA 125, CA 15.3) were also negative. Gastroduodenoscopy revealed a bleeding, ulcerated, polypoid mass located at the papilla of Vater region, suspected for ampulloma ( Fig. 1A and B) . Histology from endoscopic biopsies did not provide a conclusive diagnosis but revealed only fragments of duodenal mucosa showing a chronic inflammation pattern with marked lymphangiectasia and mild dysplasia of glandular component. Patient underwent repeat endoscopic biopsies but without additional information.
Magnetic resonance demonstrated a solid, polypoid mass (40 mm × 15 mm) at the lateral wall of the second/third portion of the duodenum with mild contrast enhancement, with no evidence of ampullary obstruction or periduodenal tissue infiltration ( Fig. 2A  and B Open access under CC BY-NC-ND license.
Open access under CC BY-NC-ND license. She was then transferred to our General Surgery Unit in September 2012. The patient underwent a wide local resection of the tumor, after complete mobilization of the duodenum by Kocher's manouevre and through a longitudinal incision of the anterior wall of the descending duodenum, about 4-5 cm long, with preservation of the ampulla (Fig. 3A and B) . Macroscopically, the lesion was about 5 cm diameter soft, polypoid mass with irregular lobulated margin and ulcerated surface, extending from lateral to medial wall of the second portion of the duodenum, around the medial and inferior border of the ampulla of Vater, but without involving it. A local wide excision of the tumor was considered as a good alternative to duodenocefalopancreasectomy as the location and size of the lesion and the intraoperative extemporaneous examination excluded malignancy. A plastic biliary stent above the ampulla was placed to avoid postoperative ampullary obstruction. The duodenotomy was closed transversely using a two-layer, handsewn technique. Final pathological analysis revealed a benign soft tissue mass consisting of lymphatic and blood vessels and diagnosis of this tumor was a hemolymphangioma of the duodenum (Fig. 4A  and B) . Her postoperative course was characterized by a transient and moderate elevation of cholestatic liver enzymes (GGT, ALP) and she was discharged 17 days after surgery. On January 2013, after about four months, an endoscopic retrograde cholangiopancreatography was performed, and the stent was removed. At the last follow-up visit, no recurrence was observed, and the patient is currently enjoying normal life. 
Discussion
Lymphangiomas are a heterogeneous group of vascular malformations that are composed of dilated lymphatic spaces. These malformations are either congenital or acquired: the first can be associated with chromosomal abnormalities, such as Turner syndrome; instead, acquired lymphangiomas may result from trauma, inflammation or lymphatic obstruction. Although lymphangiomas can become evident at any age and may involve any part of the body, 50-60% are seen at birth and 90% occur in children who are less than 2 years of age involving commonly the head and neck. These lesions, as in our clinical report, are rarely found in adult patients. 5 They are benign malformations and are classified into four distinct types according to the depth and the size of abnormal lymph vessels 6 : capillary or "circumscriptum" lymphangioma, cavernous lymphangioma, cystic hygroma. Finally, when associated with blood-filled vascular lacunae, they appear morphologically as more variegated structures termed hemolymphangioma.
The incidence of this last and combined subtype, topic of this discussion, varies from 1.2 and 2.8 per 1000 newborns, 7 and both genders are equally affected; and then, if we consider intraabdominal location of hemolymphangioma it is very rare and rarer still is the involvement of duodenum, as happened to us. On a review of published work (online PubMed search), we found only one case report of a small intestinal hemolymphangioma, described by authors as a gray mass with ulcers and erosion, not interesting the duodenum but 30 cm distal to the flexor tendon, presenting with gastrointestinal bleeding 5 and another of a hemolymphangioma of the pancreas invading to the duodenum. 8 We had no notice of a primary ulcerated hemolymphangioma of the duodenum presenting with severe iron deficiency anemia, as in our case report. The clinical presentations of intraabdominal lymphangioma are either asymptomatic or this tumor is accompanied by nausea, vomiting and abdominal fullness. The symptoms are due to either pressure on the adjacent structures by the enlarging mass, or to such complications as hemorrhage, infection, perforation, torsion and rupture. 9 However, there are no clinical features that can be used to differentiate intraabdominal lymphangioma from the other intraabdominal masses. 2, 4, 10 Hence, many of the previously reported case were diagnosed incidentally during surgery. The treatment of choice is a complete excision because incomplete removal can lead to a recurrence. 2 On physical examination, most lymphangiomas result only in a soft, pink/gray compressible and "doughy" mass, with the possibility of surface ulceration as in our experience. Histologically, hemolymphangiomas consist of blood vessels and lymphatic channels. 5 Surgical resection appears to be the most effective treatment for hemolymphangioma, especially when the tumor increases in size and applies pressure on the surrounding tissues. Surgeons usually perform complete removal of the tumor with the surrounding organs that may be potentially invaded, because there is a possibility of recurrence and invasion of surrounding organs. 5, 11 In English literature are reported variable recurrence rates, from 10-27% if lesions have been completely excised to 50-100% in cases of partially resected tumors. It depends above all on the anatomical location and the complexity of the tumor, the adequacy of surgical excision; furthermore, the same authors describe complications such as infection, fistula and hemorrhage due to partial or incomplete tumor removal. 5, 12 In our case, we also decided to perform a wide local resection of the tumor via duodenotomy, with preservation of the ampulla that finally was not interested by the lesion. A local wide excision of the tumor was considered as a good alternative to a more demolitive intervention, like a duodenocefalopancreasectomy, as the location and size of the lesion and the intraoperative extemporaneous examination excluded malignancy. Final pathological diagnosis of this tumor was a hemolymphangioma of the duodenum.
Conclusion
From this case, we can conclude that it should be considered the possibility of a primary hemolymphangioma of the duodenum in adult, not strictly secondary to invasion from other contiguous organs, as reported in a previous study by Toyoki Y. et al. Furthermore, this disease can cause gastrointestinal bleeding, with melena and severe anemia, as reported by Yan-Fei Fang et al., but also an unexplained refractory iron-deficiency anemia in a young woman due to occult bleeding, as in our clinical experience. An accurate diagnosis cannot be preoperatively established in spite of modern imaging techniques and preoperative endoscopic biopsy. Surgical resection is the most effective treatment, and in our case was associated with a good prognosis.
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